There are many potential complications which have been reported in association with the naevoid basal cell carcinoma syndrome. We have been able to show the relative frequencies of these problems in a population based study of 84 cases in the north west of England. The major complications of basal cell carcinomas and jaw cysts occur in over 90% of patients by 40 years of age, but may both occur before 10 years of age. Less well described complications are ovarian calcification or fibroma (24%), medulloblastoma (5%), cardiac fibroma (3%), cleft palate (5%), and ophthalmic abnormalities such as squint or cataract (26%). This study more clearly defines the possible complications of the syndrome and gives clearer guidelines for counselling and screening affected and at risk persons.
The naevoid basal cell carcinoma syndrome (NBCCS) was reported as early as 1894,'2 but was not appreciated as a distinct entity until the latter part of this century. 34 The syndrome was delineated by Gorlin and Goltz in 19604 and often bears the former's name. A recent exhaustive review by the same author5 covers all the known features of the condition. NBCCS is an autosomal dominant condition characterised by the development of basal cell carcinomas in the third decade onwards and jaw cysts in the second and third decades. Skeletal anomalies are a consistent feature and the more commonly found of these are bifid ribs, vertebral anomalies, Sprengel shoulder, and short fourth metacarpal. The gene has recently been mapped to chromosome 96 with no apparent heterogeneity. The complications of NBCCS are well known, but the relative frequencies of the rarer problems have only been informed guesses. The lack of a large population based study to assess these frequencies and the requirement for screening led us to undertake a study in the north west of England.
Patients and methods
The study was started in 1982 (by PAF) when all dermatology, oral, and plastic surgery departments in the North West Regional Health Authority area (population 4 001 000) were contacted to obtain information about patients with NBCCS. This study ascertained 27 families and all close relatives of the index patient were contacted and examined where possible. This arm of the study ended in autumn 1983. The diagnostic criteria used in this study are shown in table 1 
CENTRAL NERVOUS SYSTEM
Medulloblastoma occurred in 2/84 cases and was suspected in a third case who died with a posterior fossa tumour, but no histological confirmation. These tumours occurred at 15, 29, and 48 months of age. The two confirmed cases survived their tumour, but were mentally retarded partly as a result of their therapy. The only other CNS tumours to occur were a glioblastoma multiforme in the father of one of the medulloblastoma cases and a meningioma which was removed from a further case in adulthood. Apart from the treated cases of medulloblastoma there were no cases of moderate or severe mental retardation. Also excluding the cases with brain tumour 5/84 cases required prolonged anticonvulsant therapy for grand mal seizures.
GENITOURINARY SYSTEM
Twenty-five asymptomatic women with NBCCS underwent abdominal ultrasound of their ovaries and had pelvic x rays performed. Four of these cases were noted to have calcification within the ovaries and one of these had a clearly defined large ovarian fibroma (figure). This case and a further case in whom no abnormality was seen on radiological imaging BCCs are one of the major criteria of NBCCS and as such occur in nearly 75% of patients over 20 years and more than 90% over 40 years of age in our study. This correlates well with estimates that only 10% of cases do not manifest the skin lesions after 30 years of age.5 The BCCs are unlikely to occur under the age of puberty unless the patient has been exposed to radiotherapy, but cases as early as 2 years have been described. 7 The real acceleration in growth appears to occur in the third and fourth decade. Radiotherapy should be avoided if at all possible58 although some patients appear to be unaffected by it. Tumours on the scalp can be particularly aggressive910 and need early intervention. Care must 
